Sarcoidosis is a systemic granulomatous disease with widely variable clinical characteristics, includingnumerous head and neck manifestations. We describe the case of a 49-year-old man who presented to the emergency department with symptoms consistent with complicated sinusitis. He was ultimately found to have an atypical case of neurosarcoidosis. This case illustrates the varied multisystempresentation ofsarcoidosis and thediagnostic considerations that are merited.
Introduction
Sarcoidosis is a systemic granulomatous disease with a wide ly variab le clinical course . Head and neck manifestations occur in approximately 10 to 15% of patients, so a knowledge of this disease is important in oto laryngo logic practice.' Nervo us system involvement has been reported to occur in 4 to 16% of patients with sarcoidosis, wit h roughly half involving the central nervous system (CNS) .2Milgrim and Cohen illustrated the po tential aggressiveness ofthis disease in their report of a patien t with known sino nasa l sarcoidosis that progressed to intracranial invasion.' We report the case of ' a patient who came to the emergency department with findings suggestive of complicated sinusitisbut who was ultimately diagnosed with an atypical presentation of ne urosarcoidosis.
Case report
A 49-year-old ma n with a remote history of sarcoidosis and recurrent sinusitis presented to the emergency department approximately 24 hours after he had experienced a generalized tonic-clonicseizure.Approximately 1 month earlier, the patient had experienced a similar episode, and he was evaluated at another insti tution. Findi ngs on computed tomography (CT) of the head obta ined at that time were normal. The pat ient was placed on phenytoin for seizure prophylaxis. During his time in the emergency department, the patient experienced another generalized tonic-clonic seizure , which was witnessed by department staff. The seizure resolved spo ntaneously.A repeat noncontrast CT of the head demonstrated bilateral pansinusitis, intracranial findings that were consistent wit h cerebritis, and a left intraorbital mass. The otolaryngology, neurology, and infectio us disease services were consulted and asked to evaluate the patient for intracranial complications of sin usitis.
The pat ient denied fevers, chills, nausea, vomiting, diplopia, and cardiopulmonarysymp toms .He did report recently worsening nasal congestion, facial pressure with frequent left eyepain, and frontal headaches .Examination revealed that the patient was neurologically intact, and no evidence of proptosis or compromised extraocular motion was noted. However, rh inoscopy detected the presence of crusting in the nasal cavities; after the crus ting was debrided, a large septa l perforation and marked granuloma tous inflammation of both nasal cavities was seen (figure 1). Otherwise, findings on oropharyngeal, neck, cardiopulmo nary, and' cutaneous examinations www.entjournal.com ·93 Figure 2 . A: Co ntrast-enhanced CT shows that the mass lesion involves the left orbital space and has eroded the left lamina papyracea. Pansinusitis and the septal perforation are also evident. B: T1-weighted MR1 demonstrates the multiplefoci of heterogeneous enhancement and the left intraorbital mass.
were unremarkable, an d an endoscopic evaluation of the larynx detected no granulomatous lesions .
Contrast-enhanced CT of the sinuses identified a left intraorbital mass that had eroded the lam ina papyracea with m inimal rim enhancement ( figure 2, A) . The CT also demonstrated pansinusitis and the septal perforation.A possib le osseous dehiscence was seen between the paranasal sinuses and the intracranial contents at th e left fovea ethmoidalis. Magnetic resonance imaging (MRI) of the brain demonstrated several foci of heterogeneous enhancement in both the left and right frontal lobes, as well as meningeal thickening. A similar heterogeneous enhancement was noted in the sinuses and in the left periorbita ( figure 2, B) .
The patient's erythrocyte sedimentation rate was 38 mm/hr (range of normal: 0 to 15). He demonstrated no leukocytosis, the serum angiotensin-converting enzyme (ACE) level was 60 U/L (normal: 9 to 67), and the CSF find ings were normal. Also of note, he had a normal chest x-ray. A biopsy of the sinonasa l mucosa demonstrated acute and chronic inflammation with diffuse granulomas that had few foci of caseation. An acid-fast bacilli smear was negative, as were fungal and bacterial cultures.
A diagnosis of sarcoidosis was made, and the patient was sta rted on intravenous steroid therapy. He soon showed a marked improvement in his clinical status. Incidentally, he was noted to have had a trifascicular cardiac conduction defect on admission electrocardiography; the resu lts of echocardiography were normal. These findings were consistent wit h cardiac sarcoidosis, and a transvenous pacemaker was placed .
Repeat CT and MRI 1 week later demonstrated no progression ofdisease . On outpatient follow-up 1 month later, the patient was seizure-free , and his sinonasal symptoms had abated.
Discussion
The presentations of sarcoidosis vary according to the patient's ethnicity and the type and extent of organ involvement, although pulmonary invo lvement is seen in approximately 90% of cases.' Other common sites of involvement are the lym ph atic system, the muscu loskeletal system, and the liver, eyes, and skin .
Many diagnostic tests have
Figure1. Rhinoscopy of the right nasal cavity shows the large septal perforation and the diffuse granulomatous changes.
been used to identify sarcoidosis. The most common serologic test is measurement of the serum ACE level, but this level is not particularly sensitive; it has been reported to be elevated in a wide range of patients with active disease-from 40 to 90%.5 Our patient's ACE level was not elevated. Serologic tests to ru le out other granulomatous diseases are routinely used,as are specific end-organ diagnostic modalities such as pulmonary function tests an d electrocardiography. The choice of imaging study beyond a chest x-ray is dictated by the site of involvem ent. Of the 4 to 16% of patients with sarcoidosis involvement of the nervous system, approximately 20% have experienced seizures.' Peripheral and cranial neuropathies, aseptic meningitis, intracranial m ass effect, and central endocrine disorders have all been reported. The accepted diagnostic criteria for neurosarcoidosis are (1) an appropriate clinical picture, (2) typical radiologic findings, and (3) histologic evidence of noncaseating granulomas in any tissue. ' Still, a diagnosis of neurosarcoidosis is difficult to reach because the clinical presentations vary so much, because its etiology is unknown, and because there are no specific diagnostic tests other than histologic tissue analysis.
Sinonasal manifestations of sarcoidosis have been reported in 1 to 4% ofpatients.FIypical findings include dry,friable mucosa with granulomas.Polypoid tissue and septal perforations have been well described. Aggressive nodules have been known to erode through the palate and cause oral-antral fistulas . Fortunately, sinonasal lesions are amenable to biopsy. A staging system for sinonasal sarcoidosis has been proposed by Krespi et al, who graded lesions on a scale of I to III based on the extent of involvement and reversibility.' Current therapy for sinonasal sarcoidosis is primarily medical. Surgery is reserved for refractory disease in patients with symptomatic blockage.
The most common head and neck manifestation of sarcoidosis is cervical lymphadenopathy. Other common head and neck findings include cutaneous nodules, ocular involvement, parotitis, middle ear involvement and, as previously mentioned, cranial neuropathies. A rare but clinically important manifestation is supraglottic involvement, which might be associated with airway obstruction.
Whether our case represents an extension ofsinonasal sarcoidosis to involve the CNS or a separate synchronous CNS lesion is unclear. Communication with the CNS is possible via an osseous defect, microfissures, or perineural spread, as has been reported by Mazziotti et al." They described a case of perineural spread along the trigeminal and vidian nerves that was visualized on CT and MRI.
Our case isanother example ofthe many presentations of sarcoidosis. In our patient, the acute onset and rapid progression associated with sino nasal symptoms mimicked complicated rhinosinusitis. The findings on CT, including a lesion that appeared to be consistent with an intraorbital mass with features of a subperiosteal abscess, highlighted the well-known importance of correlating physical findings with radiographic findings. In addition, our patient's associated cardiomyopathy without pulmonary or cutaneous manifestations further punctuated the widely varied presentation of sarcoidosis.
